Answers & Discussion
1. c MRI brain shows bilaterally symmetrical, hyperintense signal changes in the anterior medial globus pallidus, with surrounding hypointensity in the globus pallidus, on T2-weighted images. These imaging features have been termed the "eye-of-the-tiger sign." The hyperintensity represents pathologic changes, including gliosis, demyelination, neuronal loss, and axonal swelling. The surrounding hypointensity is due to loss of signal secondary to iron deposition. eye-ofthe-tiger sign is key diagnostic feature of PKAN (classical but not 100% pathognomonic). 4. a Pharmacologic and surgical interventions have focused on palliation of symptoms. Symptomatic treatment is aimed primarily at the dystonia, which can be profoundly debilitating and distressing to the affected individual and caregivers. Some patients benefit from benzodiazepines, anticholinergic medications, botulinum-toxin, baclofen, or intrathecal baclofen. Stereotactic pallidotomy have been tried in patients with severe dystonia, resulting in partial relief of symptoms. Deep brain stimulation is being used clinically with increasing frequency with promising results. 4 5. c Deep brain stimulation has become a common treatment for primary dystonia, it is also being used more frequently to attempt to treat secondary dystonia seen in PKAN. It involves implantation of a neurostimulator which sends electrical impulses, through implanted electrodes to globus pallidus internus. 
